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A two-year-old boy was admitted with the complaints of !orig-standing otorrh畑，
edematous swelling of face and gait disturbance (Fig. 1). Systemic bone survey revealed 
disseminated osteolytic lesions in the skull, iliac bone, ribs and scapula (Fig. 2, 3, 4, 5). 
Chronic disseminated histiocytosis X (Hand-Schuller-Christian’s disease) was differentiated 
from leukemia or other ty戸sof histiocytosis X by bone biopsy (Fig. 9, 10), bone marrow 
(Table 2) and other laboratory findings. 
Combinated therapy of Co-irradiation, steroids and antibiotics improved both clinical 
symptoms and laboratory findings significantly. 
緒
1893年， Handが“Hypopituitarism”のー裂として
報告して以来， Rowland等ICよってPGaucher’s disea~e, 





形成後の intracellularmetabolic disorder による斑co-
daryのものであるとされるに至り，他l乙類似せる臨床
痕状及び病理像をRする Eosinophilicgranuloma及び










損を認める Histi叫 ytosisXのうちで chronictypeであ




約 I年前 （I{" 3ヵ月）， 左華宇都が少し隠れて痛が
Hand－~chiillE'r-Christian\ di同 i吋 U;I lrd§IJ 
る綴 （－であったが入；きくなる傾l何がない（）で放同され
ていた． I 1,y9 今月しでも一 人歩きできないので伊，，~






























Fig. I Before therapy. Note the edematous face 





























9) ＇ζ示す如く著明な eosinophilicreaction及び h以io・
cyteの僧殖を認め， と乙ろどころに giant，ぽu及び















Table 1 Hematological Findings 
8/Dec，’65 16/May’66 4/Junc’66 29/June’66 
411 478 554 
52 90 
32 38 
16000 18100 8700 
2 8 13 
40 32 43 
7 3 14 
51 54 26 
64 52 
23.5 26.2 
7 5.5 4 
9 10.5 1 
17.6 15.2 17.9 
lOOmmHg(both_ arms) 










Bleeding time (min.) 
coagulation time (min.〕
Prothrombin time (sec.) 
Resistance of capillary v巴町I.



































Eosinophil Leucocyte I 1.0-3.0 














































Nucleated cels 31x104/mm3 












Table 3 Other Laboratory Findings on 
Admission 
Cholesterol 270 mg/dl 
13.2 Tota I protein 6.8 g/dl 
0.4 A/G ratio. 1.16 
CRP （＋＋＋） 
Na 139 36.0 K 4.8 
30.4 Ca 4.8 
4.8 Cl 100 
0.8 Alkaline phosphtase 11.3 
Acid phosphatase 2.73 









gened within normal limits 
Amount 300-600 ml/day 
S. G. 1010-1016 
17 KS 1.0田g/day
17 OHCち（free) 0.16 mg/day 
(lotal) 0.93田g/day
Spinal tap (under gencrul ane-.thesia) 














Fig. 2 Plain skull film. P-A view. 
Osteolytic d~truction of orbits. 
Fig. 3 Plain skull film. Lateral 
view. same finding on both sides. 
F』g.7 CAG & PEG. Latt!ral view. 
Within normal limits. 
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Fig. 4 Pbin skull film. Axial 
view. Note the osteolytic change 
of almost entire basis. 
Fig. 5 Systemic bone survey. Note 
the osteolytic lesion in left iliac 
bone, right U -IV ribs and left 
店apub. 
Fig. 6 CAG & PEG. A-P view. 
Within normal limits. 
Fig. 8 PEG. P-A view. No alト
normal fin:lings. 
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Fig. 9 Histological picture of extradural tissue. 
Note the ,eosinophific reaction, giant cel and 
lipid (Sudan II stain positive) lading“foam 
cell" 
Fig. 10 Histological picture of "xanthomatous” 
tissue of left iliac bone. Note the same fi口d-
















も infectionorigin による inflammatorygranulation 
Fig. 11 One week after starting therapy. Note 





2）それに eosinophilic目1及び multinucleatedgiant 
cel の出現と血管及び結合織の増殖を来す肉芽腫期，
3) foam cel の出現をみる Xanthoma期， 4)fibrosis 
の著明な治癒期の4段階にわけると Eosinophilicgra-
nulomaは 1)2) Iζ，Hand-Schuller-Christian’s di配a配









I ) Eosinophilic granuloma of bone (Histioc、tosisX 
localized in bone) 
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最も mildで prognosisの良い型でありとの件にも
発生し， 1：～数個の特有な d悶 rete, oval-roundな
osteolytic lesion (punched out）を作る．若年者lζ多い
が特lζagξincidenceはない． 症状はあったとしても
local lesion に関連したもので， extraskeletalには障害
を及ぼさず cu閃ttmentあるいは照射療法がしばしば
奏効する．
Il) Abt-Letterer-Siwe’s disease (acute or subacute 
disseminat＇吋 histi配ytosisX, non-lipid reticul-
目 ndotheliosis)
Si weが記載した時は pathological entityではなく


















lf) Hand-Schiiller-Christian’disease (chronic d1sse・
minated histiocytosis X) 




中心lζ特有な geographicpattern の欠損を楽し， Dia-











ことが多い. Initial pathological picture は本質自%：：，;t
inflammatory granulomaであり， fibrosisや lipophage
cel (cholesterin-lading foam cel）は二次的な現象であ
るといわれる.Prognosisは以前lζ考えられていたほ
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